We describe a family with distal spinal muscular atrophy and vocal cord paralysis, similar to the condition reported by Young and Harper in 1980. Both pedigrees are consistent with autosomal dominant inheritance.
shows the results of electrophysiological studies.
The proband (IV.3), born in 1981, was referred to The Hospital for Sick Children at 6 years of age because of parental concern about her impaired hand function, in the context of a family history of so-called peroneal muscular atrophy affecting many family members. She had had a slightly hoarse voice from 4 years of age. A weak grip was noted later and from the age of 5 she held and manipulated a pencil and spoon with difficulty.
Examination showed a hoarse voice, without facial weakness, palatal palsy, tongue atrophy, or fasciculation. She had a weak grip. Tone was normal and reflexes were preserved though depressed in the arms. Her gait was normal, apart from poor heel walking. Indirect laryngoscopy showed left vocal cord paralysis.
Nerve conduction studies and electromyography were normal.
Subsequently, her voice became more hoarse and she found writing progressively difficult. Examination at 9 years of age showed mild weakness of grip, finger extension, and wrist flexion without wasting. There was bilateral pes cavus and heel walking remained poor. Tone was normal but reflexes were depressed in the arms. Sensation was normal. Nerve conduction studies were normal but electromyography showed evidence of early neurogenic change. The older brother (IV.2) and younger sister (IV.4) of IV.3 were both asymptomatic with normal examinations, at the ages of 8 years and 11 months respectively.
The father of IV.3 (III.2), born in 1955, first noticed wasting and weakness of his hands at 12 years of age when a teacher commented on his poor handwriting. Slowly progressive wasting of his hands and distal forearms followed, with weakness, particularly of the thumbs, stiffness in cold weather, and inability to straighten the fingers. Wasting of his feet and lower legs supervened, with 'floppy' feet which caught on the pavement. He believed he had always had a hoarse voice without stridor or pulmonary symptoms. Despite his disabilities, he was employed as a labourer.
Examination showed a hoarse voice but the rest of the cranial nerves were normal. He had claw hands with marked wasting of the small muscles of the hands and mild wasting of the forearms. There was severe weakness of the small hand muscles and less prominent involvement of the wrist flexors and extensors. There was mild wasting and weakness of distal leg muscles. The tendon reflexes were present with flexor plantar responses and sensation was intact. Indirect laryngoscopy showed bilateral vocal cord paralysis. The family pedigree. 
Discussion
The neurological syndrome in this family comprised gradual onset of wasting and weakness of distal muscles, usually in the first or second decade. Upper limb involvement preceded lower limb symptoms and the condition was slowly progressive. All but two affected members had a hoarse voice, often from childhood. All subjects examined showed unilateral or bilateral vocal cord paralysis.
Electrophysiological findings were entirely normal in the proband at the age of 6 years, but when repeated three and a half years later electromyography showed evidence of early neurogenic change, consistent with anterior horn cell fallout given the clinical context. Her father, at 32 years, showed normal motor and sensory conduction studies but electromyography was consistent with chronic distal spinal muscular atrophy. This syndrome differs from that described here in its proximal distribution of atrophy and weakness, later onset, initial rapid progression, and associated dysphagia in addition to vocal cord paralysis.
The inheritance of the condition described by Serratrice et aP' is not clear, and it could be a different disorder. In our family, there are affected male and female subjects in three successive generations, one example of male to male transmission, and absence of parental consanguinity. There is also variability of phenotypic expression; for example, a sister and brother showed wasted hands only at the ages of 58 and 60 years respectively, whereas their 62 year old sister was seriously disabled. Our pedigree is thus consistent with autosomal dominant inheritance, as are the pedigrees described by Young and Harper' and Boltshauser et al. 2 Although there is no direct evidence, we cannot exclude the possibility of a relationship between our family and that of Young and Harper.'
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